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OTBETCTBEHHBIN UCIIOJIHUTEND. KymckoBa Mapua AnekceeBHa — Hay4YHbIN COTPYAHUK
oTAena onNnTMMM3auUmMmM NeYeHns remaTosiornyeckux sabonesanuii Prey «dHKL AroU vm. Omutpus
Porauesa» MuH3gpasa Poccum

PeueH3npoBaHue ,06cyKaeHNe cofepKaHus pekomeHAauMn NpoBoAUNOCL remMaToNoramm,
neguatpamu Ha cante HOAIO, B xoge pabouynx coBelwaHui, cbesgos 2012-2014rr.

KiinHuyeckue pekoMeHIaluM 110 JHATHOCTHKE U JICYCHUIO
TPOMOOLUTONATHIA.

Knaccudukanms mo MKb — 69.1 — kauecTBeHHBIN AedEKT TPOMOOIIUTOB

TpomOouuTonaTist — HapyLIIEHHE CUCTEMbl TI'E€MOCTa3a, B OCHOBE KOTOPOTO JIEKAaT
KaueCTBEHHBIN JePEKT U NUCHYHKIUS TPOMOOLIUTOB.

Kaaccudbukanus
TpomboruTonaruu XapaKTepU3yTCs pa3BUTHEM CIIOHTAHHBIX u
MMOCTTPABMATUYECKUX  KOXKHO-CIIU3UCTHIX KPOBOTEUYCHHII. Pacnio3znaBaume u

maddepeHranuss TPOMOOUMTONATHI OCHOBBIBACTCS Ha BBISIBICHHH KPOBOTOYHMBOCTH
MUKPOILUPKYIATOPHOTO TUIA C HapylleHHeM (PYHKIMOHAIBHBIX CBOWCTB, MOpdororuu u
OMOXMMHUYECKUX XapaKTepUCTUK TpomOonuToB. Ha 0a3ze 3TUX MpOsABIEHUH CTPOUTCS
COBpeMEHHas Kjaccuukauusg TpOMOOLUTONATUH, KOTOpBIE MOAPA3ACISAIOTCS Ha JBE
OoJIbLIME IPYIIBI — HACJIECTBEHHBIE U IPHOOPETEHHBIE.

A. HacaencrBennbie popMbl TPOMOOIUTONIATHIA
OcHOBHbBIE MAaTOTreHeTHYECKHE TPYNIbI:

1. Ceszannbie ¢ MeMOpaHHbIMH aHOoManusMu (cuHApoMm bepuapa-Cynse, CkoTT
CHUHJIpOM, TiIceB1000Me3Hp BuiieOpanaa, Tpombactenus [ maniimMana u ap.)

2. Cpsi3aHHBIE C BHYTPUKIICTOYHBIMU aHOMAJTHSIMH
a) 00JIe3HU HEJAOCTATOYHOCTH IyJia XpaHEHUs — Ne(UIUT IUIOTHBIX U alb(a-rpaHyn
(6onesnr I'epmanckoro-Ilynnaka, TAP-cunapom, cuHIpPOM cepbix TpOMOOLMTOB,
cunapom Yenuaka-Xuracu, CuHAPoM [ puctiesv, 1eGUIuT IIOTHBIX TPaHyIl U Ap.)
0) HapylleHHe peaKIMHU BBICBOOOXKIEHHS TPaHydl U HMX KOMIIOHEHTOB  (Aedext
IIUKJIOOKCUT'€HA3bl, TPOMOOKCAH-CUHTETAa3bl, TUIOKCUTE€HAa3bl U JIp.)

3. CwmemanHble TpoMOOUMTapHBbIe HapymeHus (cuHapombl Mes-Xerriauaa, Buckorra-
Onpapuya u ap.)

4. JluchyHKIHS TPOMOOIIMTOB IIJIA3MEHHOTO TE€HE3a W TMPHU COCYIUCTHIX AMCIUIA3USIX
(6one3np Buebpanma, 6one3ns Dnepca-/lannoca u ap.)

DOYyHKIHOHAIBHO-MOP(o0rudeckne (popmaoi:
1. Hapymenue aare3uu TpoMOOIIUTOB
e cunapom bepuapa-Cynbe (nepuuut nmm nepext kommmiekca GPIb-1X-V)
e (Oone3np BuieOpanna (nedurmr wn nedexr VWF)



2. Hapymenue arperanuu TpoMOOITUTOB

e Ttpombacrenus ['manimana (nedurut win aedexr GPIIb-111a)

e mHacnencTBeHHas apubpuHoreHemus (nedunut wim aedext allbp3, dubpunorena)
3. Hapymenue BbICBOOOKICHUS U ISDUITUT TPAHYT

Jedunut mymna XxpaHeHus

a-rpanyn  (cuHAPOM  cepbix  TpomOomwmToB, APC-cuampom, Ksebekckuit
TPOMOOIMTAPHBIH cuHApPOM, cuHapoMm [lapu-Tpycco)

O-Tpany’n (aeduUuT IJIOTHBIX TpaHyi, Oone3nb ['epmanckoro-lIlymnaka, cunapom
Yenunaka-Xuracu, TAP-cuaapom)

o- 1 O-rpa”ys (AeGUIUT IUIOTHBIX U O-TPaHYI)

4. Hapymenue GpopmMupoBaHus U AePUIUT CUTHATBHBIX MTyTeH

JedekTsl perenTopoB  aroHMCTOB: TpomOokcaHa Ap, KojutareHa, AJlD,
snuHeppuHa

Hebexr aktuBanuu G-nporenna: 1epuuuT Goq, aHoManus G, nepuuut Gyl
Hedexr metabonusma ochatunummnosuTona — aepuuut Goconumnaszs C-2
JedexT MoOuIu3anum KaabIus

Hedext dhochopunupoBanus mieKCTpruHa — AePUIUT TPOTEHHKHUHA3HI-C
Hapymienne oOMeHa apaxuoHOBOM KHCIOTHI U TPOMOOKCaHa

- HapyIIeHHe BEICBOOOKICHUS apaxuI0HOBOI KHCIOTHI

- 1eUIUT HUKIOOKCUTE€HA3hI

- 1euIUT TPOMOOKCAaHCUHTETA3bI

AHOMaJHMH 3JIEMEHTOB IIUTOCKeNeTa - CHHApoM Buckorra-Onapuya

Hapymienne  B3aumojneilcTBust  TpoMmMOOHMT-(PakTOp  CBEpThIBaHMUS  (AEPEKT
docdoaununoB memOpaHsl) — cunapom CkorTa

CoueranHble BpOXICHHBbIC HapylleHUs — aHoMmManus Mes-XerrimHa, 00Je3Hb
HayHna, cuHIpOM Me3eHXUMallbHOM auctazuu, TAP-cunapom

TpomOouuTONATHH, CONPOBOKAAIIIHECH TPOMOOLMTONECHH eI

1. Mansle pasmepsl TpoMOOLUTOB — cuHApOoM Buckorrta-Onnpuua, X-cremnyieHHas

TPOMOOIIMUTONICHHUSI.

HopmanbHble pa3Mepbl — BpOKICHHAs amMerakapuoluTapHas TPOMOOLUTONECHHMS,
TAP-cunzipoM, amerakapuonuTapHas TpPOMOOLIMTONEHUS C  BPOXKAECHHBIM
paaMoOyJIbHAPHBIM CHHOCTO30M, ayTOCOMHO-JIOMUHAHTHAs TPOMOOLMTONEHMUS,
ceMeifHasi TpOMOOIIMTONATHsL C  MPEAPaCOIOKEHHOCTBIO K Pa3BUTHIO OCTPOTO
MUEIOUIHOIO JIEUKO3a.

Kpynusle tpomOomutsl — cunapom bepnapa-Cynbe, cunapom [du Jxopmxu,
TpoMOoIMTapHbIi TUn Oosie3Hn BuneOpanga, CHHAPOM CepbIX TPOMOOLUTOB,
APC-cunnpom, rpynmna cuaapomoB MYH9, X-cuennennas TpoMOOIMTONECHUS C
TajlacceMMeH, CHUH/IPOM [Tapu-Tpycco, CpenuzemHOMOpCKas
MaKpoLUTONaTu4YecKass TPOMOOLMTONEHUS, IU33PUTPONIOITUUECKAs AHEMUS C
TPOMOOILIUTONIEHUEH.

b. [IpuobGperenHbie (cMMITOMATHYECKHE) TPOMOOIUTONATHH.
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[Tpu remo6nacTo3ax

® JM3arperalyoHHbIE TUIIOPEreHEPATOPHBIE;

e (dopmel notpednenus (npu passutuu ABC-cunapoma);

® CMEMIAHHOT'O THIIA.

2. Tlpu muenonponudepaTUBHBIX 3200JIEBAHUAX U ICCEHIIMATLHON TPOMOOLIUTEMUHU.

w

[Tpu Butamun B12-nedunutHoi aneMun.

4. Tlpu ypemuu (HapyuieHHE aAre3WBHO-arperallmoHHON (PYHKIIMH TPOMOOILIMTOB, PEeXKe -
pEeTpaKLUM CryCTKa).

5. Ilpm wmumenomHou Oosie3Hu, Oosne3Hu BanpaeHcTpema, rammanatusx (Omokame
TPOMOOIIUTOB MaKpoO- U MapanpoTeuHaMH).

6. Ilpu nmppos3ax, OHyXOlsX W Iapa3sUTapHbIX 3a00J€BaHMAX I€4YEHU (HApYLIEHUsS
aJre3UBHO-arperaliioHHON  (YHKIMKA TPOMOOIIMTOB BCIIEACTBHE METaO0INYECKUX
HapyIICHWH, CEKBeCTpalus TPOMOOLMTOB B IOPTAIBHOM cHUcCTeMe, MoTpelieHne
KpPOBSIHBIX IUIACTUHOK Npu pa3Butuu IBC-cunapoma).

7. llpu nuHre (HapylieHue B3auMOAEUCTBUS ¢ dHA0TenueM U AJl®-arperauueit).

o

[Ipu ropMOHaNIBHBIX HAPYIIEHUSAX — TUIOICTPOTCHUHU, TUIIOTHPEO3aX.

9. JlekapcTBeHHBIE U TOKCUTCHHbIE (OpMBI (IIpU JICYEHUU ACMUPUHOM U JAPYTUMH
HECTEPOUJHBIMU  MPOTUBOBOCIATUTENBHBIMU  TIperaparaMyd, aHTUOMOTUKAMU -
KapOCHIIWJUTMHOM,  TMEHUIIIMHOM;  TPaHKBUIM3aTOpaMHu,  HUTpodypaHamu,
LUTOCTATUKAMH H JIP.).

10. Ilpwu myueBoii 60e3HH.

11. ITpu MaccUBHBIX TeMOTPaHCHY3UIX U HHDY3USIX PEOTIOTHUTITIOKHHA.

12. ITpu Gonbimx TPOMOO3ax M TUTAHTCKUX aHTHOMaxX (TPOMOOIMTONATHS TOTPEOJICHHS ).

Kananyeckasi kKapTuHa

KnuHnueckass KapTHHAa 3aBUCHUT OT KAayeCTBEHHBIX M KOJIMYECTBEHHBIX J1€(EKTOB
TPOMOOIIUTOB —  TSDKECTb  I'€MOPPAarMuecKoro  CHHJIpPOMa MOXKET  3HAYUTEIbHO
BappupoBaTbcsA. [Ipm 7ne€rkoll KpOBOTOUMBOCTH MOJKET OTMEUYaTbCs CKJIOHHOCTH K
CHUHSYKOBOCTH IIPU MaJIBIX M HE3HAUMTENBHBIX TPaBMax, HA MECTE CHAABIMBAHMS PE3UHKOMN;
MEepUOJNYECKHEe  HEOOWJIbHbIE  HOCOBbIE  KPOBOTEUEHHUS, CEMEHHBIE  JIUTENbHbIE
MEHCTpyalluM Yy JKEHIIMH W JAp. B ciydae pa3BUTHS MacCMBHOTO T€MOPPAaruyecKoro
CHH/IpOMa MOTYT pa3BHBaThCsI KPOBOIIOTEPH, YTPOKAIOLINE KU3HU PEOEHKA.

AJITOPUTM JUATHOCTHKH

JluarHocTuka TpPOMOOIMTONMATUH HMMEeT CBOM  CJOXHOCTH. OdYeHb  4YacTo
TPOMOOIIMTONATUH MAaCKUPYIOTCS HOCOBBIMH KpPOBOTEUEHMs, MEHOPparusiMM U JpYyTUMU
KpOBOTEUEHUSIMH CIM3UCTBIX. [loaToMy mnpu Haimuuue B aHaMHE3€ KPOBOTEUYEHHUH IIO
MUKPOIMPKYJISATOPHOMY THUIy HEOOXOAMMO MPOBOIAUTH MOAPOOHBIM cOOp aHamHe3a U
COOTBETCTBYIOIIME IUarHOCTUYECKUE HcceaoBaHus (cxema 1).

[lepBbIM 3BEHOM JIMAarHOCTHKH SIBIIs€TCA TOAPOOHBIA cOOp aHaMHe3a OOJIBHOTO.
OO0s3aTeTbHBIM SIBIIIETCS COCTaBJICHUE POJOCIOBHOHN C TIIATEIBHBIM COOPOM CBEIICHHUMA O
MHUHHUMAaIbHOU KpPOBOTOUYMBOCTU Y POACTBCHHHUKOB. Baxxunimu BOIIpOCaMH  SABJISAFOTCA:
MEepBBIA AMU30/ KPOBOTCUEHUS, HAIWYUE KPOBOTEUEHHUS IMPHU MPOPE3bIBAHUU/CMEHE WU



OKCTPAKIUU 3yOOB; MPOBOJMIACH JIM TOH3HJIIKTOMHS, OBLUIM JIH OCIOXHEHHS B BHJIC
JJINTCIIBHOI'O KpOBOTe‘IeHI/Iﬂ; KpOBOTO‘II/IBOCTB JECCH HpI/I YUCTKC BYGOB; HaJIM4YME€ HOCOBBIX
KpOBOTCUCHHH, €CIM Jla, TO KOIJa TMOSBISIOTCS/4aCTOTa/IUIUTENHHOCTE;, 00bEeM
MEHCTpYyallul Yy JEBOYEK MyOepTaTHOTO BO3pacTa; MPOBOJIUIUCH JHU OIEpPATUBHbBIC
BMEIIATENIbCTBA, OBUIH JIH FeMOPPAru4ecKue OCI0KHEHUS?

[lpy HanTMUUM KIMHUYECKUX MPHU3HAKOB TPOMOOIUTONATUN BTOPHIM 3BEHOM
JTUArHOCTHKY SIBIISICTCS OOIIHI aHAIN3 KPOBH H MOACYET TPOMOOIIUTOB B PyYHOM PEIKUME B
Mmaske. [lpu TpoMOonuTONATHSIX OOLIMI aHATM3 KPOBH MOXET HE UMETh OTKJIOHEHHH OT
HOpMBL. OJIHAKO, MPH M3MEHEHWH DPa3MEpPOB TPOMOOIMTOB aBTOMATHYECKUN aHAIN3aTop
MOXET He 3auKcHpoBaTh (AKTUYECKOE HMX KOJIUYECTBO, IOITOMY BaXKHO IPOBOIMTH
MOJICYET B PYYHOM PEXHME C MOCICIYIONIEH OKpacKold Ma3KoB KpOBH 10 PoMaHOBCKOMY-
'mvze. Mopdonorudeckuii aHaiu3 TPOMOOIIMTOB TO3BOJHMT IOJIYYUT JIOTIOJTHUTEIBHYIO
nH(OpPMALIMIO KacaTelbHO KOJIMYECTBA H Pa3MEPOB TPOMOOIIMTOB, HAIMUYUS UX
KOHTJIOMEPATOB | JIPYTHe 0COOCHHOCTH: OTCYTCTBUE alib(a-rpanHyi1 u oOmias cepasi OKpacka
TPOMOOIIMTOB YKa3bIBa€T HAa 0OJIE3Hb CEPHIX TPOMOOIMTOB, TIPH BKIIOYCHHUIX B JICHKOIIMTHI
— Oone3nu, obycnoBneHnple Myranueii rera MYH9, anomaniu Mop¢hoIOTHE SPUTPOIIUTOB
MOTYT CBUJETEILCTBOBaTH O Oo0Jie3HSX, CBA3aHHBIX ¢ Myranued reHa GATA-1. Ilpu
OOHapy)KCHMM B Ma3Ke KOHIJIOMEPAaTOB TPOMOOIUTOB  HEOOXOJWMO  IMPOBECTH
muddepeHIMaTbHyI0 TUArHOCTUKY ¢ JedekToM 3abopa kpoBu. IlceBgoTpoMOouuTOneHus
MOXKET OBITh CJEJICTBUEM CKJIEHBaHUS TpomOonuToB B mpobupke ¢ DJTA. Dro nerko
MMOATBEPANTD, €CIIH CACIIATh IOBTOPHBIN 3a00p KPOBU B IPOOHPKY C IIUTPATOM.

HccnenoBanmne QpyHKIMOHAIBHBIX HAPYIICHUH TPOMOOIIMTOB.

HecmoTpss Ha TO, 4YTO Ha CErOAHSAUIHMNA JEHb ObUIO NPOBEIEHO OTHOCHUTEIIBHOE
HeOOJIbLIIOE KOJIMYECTBO CPABHUTEIbHBIX MCCIEJOBAHUN arperalud TPOMOOLIUTOB Y
B3POCIBIX U JETE€H, HA OCHOBAHMHM UMEIOIIMX JAHHBIX MbI MOXEM CJIE€IaTh BBIBOJ, 4TO
pasnuuus B arperaly UMeeTcsl TOJIBKO y AeTeil 1o 1ro roxa >kusHu. Jletu ¢ lro roga u 1o
18 ner He nMmerOT crienUpUIECKUX BO3PACTHBIX HOPM KaK BHYTPH T'PYIIIbI, TAK B CPAaBHEHUH
CO B3POCIIBIMH.

CKpHHUHTOBBIMHU T€CTaMH, YKa3bIBAIONIMMH HA HapYIICHHE TPOMOOIIMTAPHOTO 3BEHA
reMocCTa3a, SBISIOTCS YJIMHEHUE BPEMEHHU KalMLIIPHOTO KpoBOTeueHUs (mpoOsl JIproka,
Aiien) u PFA-100 (aBToMaTHUeCKuil aHau3aTop GYHKIIUHA TPOMOOIIUTOB).

JuarHoctuka Oosiesnn BunneOpanna. Ha HauyanbHOM »5Tane AMAarHOCTHKH, B CiIydae

OTCYTCTBHSI CEIM(PUUECKON KapTHHBI 3a00JIeBaHUS U CEMEWHOro aHaMHE3a, JI0CTaTOYHO
CJIOKHO BepuuUIMpoBaTh 0osie3Hs Briedpanna u HacneaCcTBEHHYI0 TpomOouTonaruto. C
LIEeTBI0 UCKITIoUeHus 06one3nn Buniebpanaa He0OX0aMMO TPOBECTH UCCIeIoOBaHUs (hakTopa
Bumnebpanna (VWF) — KadecTBEHHYI0 W KOJMYECTBEHHYIO OIICHKY (KO(aKTopHas
aktuBHOCTh  (VWF:RCO0), anturen (VWF:AQ), anamu3 MynsTUMEpoB ¢akropa
Bunne6panna). Kpome toro, 6one3up Bumiebpanaa tuna 2B nomkHa paccMaTpuBarbes Kak
BO3MOJKHBI JIMarHO3 Yy MAIMeHTOB C TpomOouuToneHued. OmHako auarHo3 Oo0Jie3HU
Bunnebpanna He HCKIO4aeT Haiauuue TpomOouurtonatuu. Ilo nmuTepaTypHbBIM JTaHHBIM



11,5%
Bunnebpanna.

Oonesnn BwieOpanma wWMeeT COYETaHHOE TEYEHHE C  IICEeBI000JIC3HBIO

OneHka d)VHKHI/II/I TDOM6OI_II/ITOB. «3010TBIM CTaHJapTOM) OLCHKHU (bYHKHHOHaHBHOﬁ

aKTUBHOCTH TPOMOOIMTOB OBLI MNpHU3HAH MeToJ onTuueckor arperomerpun (light
transmission aggregometry — LTA).
CBeTOIpoIycKatomei crocooHoctu (% arperanuu) mMUTPaTHOH OoraToil TpoMmOOIMTaMH

MeTon OCHOBaH Ha OIEHKE (POTOMETpOM
I1a3Mbel pU Jo0aBiIeHWM B Hee aroHucta arperanuu (AJl®, snuHeppuH, KOJUIAreH,
apaxuOHOBAsl KHCIOTa, TPOMOOKCaH). ATTIIIOTHHAIWS TPOMOOIMTOB, WHIYyIUPOBaHHAS
PHCTOLIETHHOM, KOTOPBIH akTuBUpyeT cBs3piBanue VWF ¢ Gplb-1X-V, takke usmepsercs ¢
nomombto LTA. B wuzmeane, s MONTBEpXKICHUS HAPYIICHHs arperaiud TPOMOOIMTOB
UCCIIC/IOBAaHUE JIOJDKHO OBITh TPOBENEHO, KaK MHHHUMYM, OIWH pa3. Kpome Ttoro, mpu
MIPOBEJICHUU OIICHKH ()YHKIIMOHAJILHOW aKTHMBHOCTH TPOMOOIIMTOB HEOOXOIUMO COOpaTh
MOAPOOHBIM aHAMHE3 O TpUeMe MEIMKAMEHTO3HBIX M TOMEONAaTHYECKHUX Ipernaparax,
KOTOPBIC MOTYT BIIMSATH HAa PE3YJIbTATHI AaHATTH30B.

Ha ceromnsmuuii NeHb y psAga TPOMOOLMTONATHI CYIIECTBYET CIEIU(HIecKas
KapTHHA HApYILICHHs arperamnuii, KoTopas IOMOraeT Bpady IIOCTaBUTb COOTBETCTBYHOLIUI

nuarno3 (tabm.1).

Ta6n.1 Hapymenue arperaiuy TpoMOOIIUTOB B COOTBETCTBUHU C TUIIOM TPOMOOIIUTOIATHH.

Jwnaraos

Hapymenue arperamuu

HOHOHHI/ITCHBHHE IIPpU3HAaKH,
HUCCIICI0BaHUsA

bonesns bepuapa-Cyinbe

OTC}’TCTBI/IC OTBE€Ta HAa PUCTOLECTHUH

MakpoTpOMOOLUTONCHH .
Hckmounts 0one3np Bunnebpana.
Hccnenosanue konuuectsa Gplb B
TPOTOYHOM UTOMETPHUHU.

Bonesns Bunnebpanaa Tumn
2B, rceBm000I€3Hb
Bunnebpana

[NoBbIIeHNE ArTTIOTHHAINY C
HU3KOW KOHIIEHTpauuei
pucTOLEeTHHA

TpomMOoIUTOIEHNS, BO3MOXHO
HAJIMYHE CKICUBAHHUS TPOMOOIHTOB.
Uccnenosanus VWF,

Tpombactenus ['mannmMana

OTcyTCTBI/Ie OTBE€Ta Ha BCC
AroHUCTBI, KPOME PUCTOLETUHA

IIpoToYHas ATOMETPUS —
uccienosanue komuuectsa ollbfB3

ACTIHPHHOTIOTOOHBII
CHHJIPOM

OTcyTCTBHE OTBETA Ha
apaxuIOHOBYIO KHCIIOTY NPH
HOpManibHOM oTBeTe Ha U46619,
TIOHIDKECHHS OTBETa C HU3KOM
KOHIIEHTpaluen KoJulareHa

B anamnese Hannune HHTHOMTOpPA K
COX-1

Hedekr cexpenuu, aedhext o-

Hanuuue cHI>XKEHHOTO OTBETA K

aﬂeKTpOHHaﬂ MUKPOCKOIIHS U

Ha AJ1O

rpaHyn HeCKOJIbKUM aronucram: AJlD, MPOTOYHAsI HUTOMETPHUS ATl OLIEHKH
KOJUTareH, SMuHeprH TUTOTHBIX TPaHyTT
Hedexr penentopo AAD CHWKXEHHE WIH OTCYTCTBHE OTBETA B anamHe3e Hanmdnue HHTHOUTOPOB

AJ1®. ITpoToyHast LUTOMETPHUS IS
OlIeHKH KosnuecTBa P2Y p,.

CHUHIIPOM CephIxX
TPOMOOIIMTOB

[ToHM>XeHUE OTBETA HA AKTHBAIMIO
TPOMOMHOM W/HJIH KOJIJIareéHOM

MakpoTpombouuronenus. Hamuune
CepbIX TPOMOOIUTOB (MOpdoIOrHs
TpombonuToRB). [IpoTouHas
LIUTOMETPHS JJIsI OLICHKH anb(a-
rpaHyx




MN3onupoBaHHOE MOBBIINIEHUE arperanuy IMoJ ACHCTBUEM HU3KUX KOHUEHTPALIMI
puctoueruna (0,5 mMr/mi) sBiIsieTcs moka3aTellieM Hanuuus Oone3sHn BuneOpanma tum 2B
Wi ncepnobonesHn  BuiuieOpanma.  OTO  MOXET — CONMPOBOXAATHCS — HATUYHEM
TPOMOOIMTONEHUU W TPUCYTCTBHEM CIHIIIUXCA TPoMOOUUMTOB B Mazke. C 1enblo
muddepeHnManul 3TUX JBYX 3a00JieBaHUN HEOOXOAUMO MPOBECTH JOMOJTHHUTEIbHBIC
Hccae0BaHus MyJIbTUMEpPOB dakTopa BuieOpanaa, mpoBeAeHHE T€HETUYECKOTO aHaAIK3a.
B cinydyae nceBmo6one3nn BumneOpannga y marmueHTa OyayT IOJHOCTBIO OTCYTCTBOBATH
BBICOKOMOJIEKYJIsipHbIe MynbTuMepbl VWF, a Takke Oyaer oOHapykeHa MyTalus B TeHE
Gplbo, pacmonoxeHHOM Ha XpoMocome 17.

OTcyTCcTBHE OTBETa arperaldd KO BCEM aroHHUCTaM MPU COXPAHCHHH HOPMaJIbHOTO
OTBETa C PHCTOLIETUHOM YKa3bIBaeT Ha TpoMmOacTeHHio | aHIMaHa. DTOT JUArHO3 MOXKET
OBITH TIOATBEP)KICH IMPOTOYHOM IMTOMETPUEH — KOJMYECTBEHHOW OIICHKOW perenTopa
MeMOpanbl TpomOonuToB ollbB3. Paznmuator nBa tuna tpomOacrenuu [ nmanmnmana: npu |
THTIC HAPYIICHO B3aUMOJICHCTBUE TPOMOOIUTOB C (PMOPHMHOTEHOM W HAKOIUICHHE €T0 B O-
rpanyinax, npu |l Tume nanHbIe HApyIICHUS OTCYTCTBYIOT. 3HAYUTEIHHO MOHMKEHHBIA OTBET
Ha Bce KoHueHTpamuu AJI® ykaseiBaer Ha Hamnuue nedekra AJ[D-penentopoB P2Yq,. C
Lelnbl0 BepU(PHUKAUMU HApPYIICHUS MEMOpPAaHHBIX pELENTOPOB HEOOXOAMMO MPOBECTH
reHetTndeckuid ananus reoB ITGA2B, ATGB3 nns tpombacrennn ['manmvana u P2RY12
st nedexra AJld-penentopor P2Y 1.

[Tonmxenue BTOpOM BOJIHBI arperanuu mox aeiictBueM AJI® u snuHedpuHa u
MOHIKEHUE arperanuu ¢ KOJUIareéHOM MOXKET yKas3blBaTh Ha JneduuuT myna xpaneHus. C
LeIbI0 MOATBEPXKIEHUS NedUuIUTa TUIOTHBIX TPaHyJd HEOOXOIUMO MPOBECTH IIEKTPOHHYIO
MHUKPOCKOIIMIO Ma3Ka WIA IIUTOMETpUYECKUM aHanu3. Ha cerogHsIHui 1eHb CyIEeCTBYET
HE3HAYUTEJIbHBIA HA0Op TEHETUYECKUX MApKEpOB I JaHHOW HO300J0THH. C MOMOIIBIO
TCHETUYECKOTO aHajan3a MOXKHO BepuduiupoBath Oone3ns [epmanckoro-Ilymnaka wu
cunzipoM Yennaka-Xuracu.

Juarsoctuka TpoMOoumTonieHud. B cioydae Hanuuus y manueHTta B oOleM aHain3e KpOBU

TPOMOOLIMTONIEHUH, HEOOXOIUMO OLEHUTh pasmep TpombonuToB (Cxema 1). JlanHas
Kiaaccudukaius ocHoBbIBaeT Ha orienke MPV (mean platelet volume) — cpeanee 3HaueHue
o0beMa  U3MEPEHHBIX  TPOMOOLUTOB,  KOTOpO€  H3MepsieTcs  COBPEMEHHBIMU
reMaTOJIOTMUYECKUMHU aHalM3aTopaMu (pacmpeiesieHne TpoMOOIUTOB 1Mo oobemy). Kpome
TOrO, pa3Mep TPOMOOLIMTOB MOATBEPHKIAETCS NpPHU  HCCIEAOBaHUU  MOP(OIOrUHu
TPOMOOIIUTOB B Maske. BhIJenso Makpo-, HOpMO- U MUKPOTPOMOOIUTONECHHUIO. AHAMHE3
3a0oseBaHus MO3BOJSET MU depeHIMPOBaTh MPUOOPETEHHBIN U HACIIEACTBEHHBIN XapaKkTep
TPOMOOLIUTONIEHNH. Y JIeTel TPOMOOIMTOIICHUN Yallle SBJISIFOTCS MPUOOPETeHHBIMU. [[e0roT
3a00JieBaHUs, CEMEWHBbIN aHaMHe3, pe3yJbTaThl MPEIbIIYIIMX aHAIM30B KpPOBU TaKKe
MO3BOJISIIOT ONPEIENUTh XapakTep BO3HUKHOBEHUs TpomOouuTonenun. Kpome Toro,
HAJIMYME COIMYTCTBYIOIIMX 3a00J€BaHUN MMEET 3HAYMMYIO POJb B IOCTAHOBKE JMArHo3a:
ckenerHole aHoManuu (TAP-cungpom), ummyHnoaepuuut (cunapom Buckorra-Ongpuua),
0ose3Hu Touyek U moTeps ciyxa (Oone3Hu, oOycnoBieHHble Myranueil rena MYHO9).
MHorue TpoMOOIIUTONIEHUH aCCOLIMUPOBAHBI C HapyIIeHHEM (YHKIIMNA TPOMOOLIUTOB.



MuKpOTpOMOOIIMTONIEHUST ¥ HApYIICHHE arperandyd TPOMOOIMTOB YKa3blBaeT Ha
HAJIMYME KayeCTBEHHOTO WJIM KOJHMYECTBEHHOro nedekra crneuudpuueckoro Oenka WASP
(Wiskott-Aldrich syndrome protein). Jlns kimaccuyeckoit ¢gopmbl cuHapoMa Buckorra-
Ongpuua (CBO) xapakrepeH KOMIUIEKC HapyLIEHHWI, B KOTOPBIA BXOJAT IOBBIIIEHHAs
KPOBOTOYHBOCTbH, PEIIMINBUPYIONINE OaKTepruaibHble, BUPYCHBIC H TPUOKOBBIC MH(EKIINH, a
TaKXKe KOXKHast
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n ok3ema. CymectByer Oosnee nérkas ¢opma TedeHHs 3a0oyieBaHHS - X-CIEMJICHHAs
TPOMOOIMTONCHUsS. 3a00JIeBaHHE XapaKTEPH3YeTCsl OTCYTCTBUEM BBIPAXKCHHBIX IMPH3HAKOB
UMMyHOepHuIUTa U dK3eMbl. C 1eNbl0 BepUPHUKALUN THAarHO3a JAHHOW Ipymnie OOJbHBIX
HEOOXOIMMO TPOBOJAUTH MNYHKIMIO KOCTHOIO MO3ra ¥ aHajdu3 MHUeNorpaMMbl. B
muenorpamme npu  CBO  oTMedaeTcs HOpMaJIbHOE  KOJUYECTBO  HEU3MECHEHHBIX
MerakapuoluToB. MMMmyHomormueckue nedextsl y 00iapHBIX CBO sBIIsIIOTCS pe3ynbTaToM
HapYIICHUS TOMEO0CTa3a JIMM(POIUTOB, KOTOPBIA MPOSBISIONIETOCS B PE3KOM CHIKCHHU
nporniopumu  T-mumdonmroB 1 B-mumdornuros. I[lpu  wuccnenoBaHuu  (yHKIMOHATBHBIX
HapymeHuid TpoMOouToB y OonbHBIX ¢ CBO 00HapyXuBaeTcsi TOBBIIICHHAST 3KCIPECCUs
docharunuincepusa M 00pa3OoBaHME MHUKPOYACTUI] B OTBET Ha CTUMYJI. BeposTHBIM
MEXaHU3MOM Pa3BUTHsI TPOMOOLMTOIICHUY SIBJISCTCS MOBBINICHHOE yIalIeHHE TPOMOOIIMTOB,
IKcIpeccupymux  GochaTuauiaceprut, Makpodaramu cene3eHKd. [l moaTBep KIeHUs
muarHoza CBO u  X-cuermsieHHOH TpoMOOLMTONEHUH HEOOXOJMMO MPOBECTH aHAIU3
aKcIpeccuu Oenka u onpeneneHue myraruu reHa WASP.

HopMmomnutapHass TpoMOOLIMTONEHHS Yallle BCETO aCCOIMHUPOBAaHA C HACJEICTBEHHBIM
nedeKkToM Merakapuornonsa. JlmarHocTuka JaHHOW Tpymmbl OONBHBIX 00si3aHA BKIIOYATh B
ce0st aHaMM3 MYHKIIMM KOCTHOTO MO3Ta JUIsl UCKIIFOUEHUS! MPUOOPETEHHBIX MPUUUH PAa3BUTHS
TPOMOOLIUTONCHUH (HapUMep, HHPHIBTPALIMIO KOCTHOT'O MO3r'a), € IENbI0 KOTMYECTBEHHOTO
¥ Ka4eCTBEHHOTO aHAJM3a METaKapHOIUTAPHOTO POCTKA, a TAKXKE - HAIWYHUS aHOMAJIHHA
JPYTUX POCTKOB KOCTHOTO Mo3ra. TpomMOomuronarus y HOBOPOXKICHHBIX SBISETCS
OTHOCHUTEJIBHO 4YacThIM SIBJICHHEM M Yalle BCEro CBs3aHAa C TPEHATAIbHBIMH WIIH
NepuHATAIbHBIME  (akTopaMu. Penkuwe HacieACTBEHHBIE 3a00JEeBaHUs, TaKHe Kak
BpOXKJIeHHass amerakapuonutapHas TtpomoOouurtonenus (CAMP), TAP-cuaapom wu
aMerakapuoluTapHas TPOMOOIMTONEHUS C BPOXKICHHBIM PaJAUOYIbHAPHBIM CHHOCTO30M
(ATRUS), xapakTepu3ylOTCsl HAJIMYMEM TSDKEIOW TPOMOOIMTONCHUEH C MEPBBIX JHEH,
KOTOpasi COXPAHSAETCSl M I0C/ieé OKOHYAHUS HEOHATaJbHOrO Mepuoja. Y JaHHOM TIpyIIbI
OO0JIbHBIX HAOIOAAETCS U30JUPOBAHHOE MOPAXKEHUE MErakapHOILUTAPHOIO POCTKA KOCTHOTO
MO3Ta H TIOBBIIIEHHOE KOJMYECTBO TPOMOOINOAITHHA B IuIa3Me. Hammume CKeNeTHBIX
aHoManuil mo3BossieT aAuddepenuuposate TAP-cuHApoM M aMerakapuoIUTapHYIO
TPOMOOIIMTONICHUIO C BPOXKACHHBIM PATHOYIbHAPHBIM CHHOCTO30M. Jlnisi Bepudukanum
BPOXKJIEHHOH aMerakapHoOIMTapHOH TpPOMOOIMTONIEHNH HEOOXOJMMO TIPOBECTH aHAIU3
myTanuii c-Mpl - rena, koaupyromuii penentop TpOMOOIO3THHA.

MakpoTpomOouuTONIeHUsT y JeTed daile UMeeT MNPUOOPETeHHBbIH  XapakTtep.
WNnuonatnyeckas tpomboruronennyeckas nypnypa (UTII) sBrasercss OCHOBHOM mpuYnMHON
pa3sBUTHS T€MOPPArHuecKOro CHUHApOMa y JeTedl B pe3ynbTare JeCTPYKIHs TPOMOOLUTOB
BCJIEJICTBUE OOpa30BaHUS aHTUTEN K UX MEMOpPaHHBIM aHTUreHaM. Y OOJBIIMHCTBA TaKUX
OOJIBHBIX 3MHU30/bl KPOBOTEUEHHUS HOCAT OCTphId Xapakrep. Kpome Toro, mpuobpereHHas
TPOMOOLIUTONIEHUSI MOXKET ObITh OOYCIIOBI€HA MPHEMOM JIEKApCTBEHHBIX CPEJCTB,
WH(EKIIMOHHBIMH TpoIleccaMu, BocniasienneM. OTHaKo B CiIy4ae, €Clii y JeTeH ¢ TUarHo3om
UTII TpomOoIMTONIEHUSI OKa3bIBaeTCAd pePpaKkTepHON K MPOBOJUMON Tepanuu W/WUiH €ClIH B
CeMbE€ €CTh TpPOMOOLIMTONEHUS B aHaMHE3e - HEOOXOJUMO 3aloN03PUTh HAIWYHE
HACJI/ICTBEHHON TPOMOOIMTONEHWH. B ciyyae Hamu4us XpOHHYECKOW TPOMOOIIMTONCHUN U
KPYIHBIX TPOMOOLIMTOB B Ma3Ke B IMEPBYIO Ouepeb HEOOXOIUMO 00CIe0BaTh HA HAIMYME



6ose3nn BumteOpanaa tun 2B, ocoOeHHO eciii 00HApYKUBAIOTCS CKIIGEHHBIE MEXKTy CO00M
TpoMOo1uThl (TiceBnoOone3Hs Bumnebpanma). MccnenoBanue daxtopa Bumnebpanna u
arperai TPOMOOLIMTOB TOMOXET YCTaHOBHTH 3TOT auarHo3 (cM. Bbime). IloHmkeHHOE
cootHourenue VWF:RCo/VWF:Ag, u3onupoBaHHas arriOTHHAIMS TPOMOOIMTOB C HH3KOM
KOHIIEHTpAIlMeH PUCTOIETHHA yKa3bIBaeT Ha Hanwuue Ooje3nu BuiieOpanma tum 2B wnum
nceB1o00e3Hp BuiuieOpanaa.

Hannuaue B rpanynonutax U MOHOIUTAX OONBIIMX 0a30(MIBHBIX BKIFOYCHUN (TEmel]
Jlene) B Ma3zke KpoBU IpHU OKpacke 1no PomanoBckomy-I'mm3e sBiseTCs MapKepoM TpyIIIbI
cuagpomoB MYH9. B pannyro rpynmy CHHAPOMOB BXOJAT aHOMalus Mes-XerriauHa,
cunapombl DexTHEp, DmmreliHa, CedacThsiHa. B OCHOBE MaTOOTHM JICKUT MYTallHs T€HA
MYHY, koaupyromiero Tskenyw Ienb He MbieuHoro muosuHa |[IA (NMMHC-IIA).
TpoOouuToneHus: COMPOBOXKIACTCA TMOpPAXKEHHEM IMoueK (HedpUT), HEUPO-CEHCOPHOM
TYTOYXOCTBIO M KaTapakTO, HO HaJIM4Me JIAHHBIX MATOJOTUN HE SIBISETCS 00s13aTeIbHBIM,
ocoboerno y gaereir. OOnapyxkenue arperatoB NMMHC-IIA B weiitpodwmiax meromom
UMMYHO(DIIOOPECUEHIINN TOATBEPKIACT AUarHo3 JAaHHOW Tpynmbl cUHAPOMOB. C IIeNbio
oIpeziesieHUs] KOHKPETHOM MyTalluu peKOMEHIYEeTCsl IPOBEACHUE FEHETUYECKOT0 aHAIN3a.

OOHapyxeHue B Ma3zke OoJbIIMX OJIEAHBIX TPOMOOLMTOB, TMOATBEPKICHHBIX
MOCPEACTBOM 3JIEKTPOHHOM MHUKPOCKOIIMHU, YKa3bIBa€T HA CHHIPOM CEpBIX TPOMOOILIUTOB
(medunut anbda-rpanyn). Hapymenue dbyHKIuu TpOMOOIIMTOB MPOSIBISETCS B CHUXKEHUU
arperaiyy C KOJUTareHoM W/ ¢ TpomOuHoM. [locnenHue wmcciepoBaHus TOKa3al, YTO
JTAaHHAs TTaTOJIOTHsI CBsi3aHa ¢ MyTaruei B xpomocome 3p21.1-3p22.1, Ha ceroAHSANIHUN JICHb
BbIsIBJICHBI MyTaluu B reHax AR-GPS (4-Mb untepBan xpomocomsl) 1 NBEAL2. Bonesns
CephIX TPOMOOIIUTOB YAaCTO CONPOBOXKAACTCS HAJIMYUEM CIUIEHOMETaJHH, BTOPHYHOTO
muenoduoOpo3a, MOBHIIEHUEM YpPOBHS BUTaMuHa B, B ma3me kpoBu. B myHKTaTe KOCTHOTO
Mo3ra oOHapyxuBaeTcs (GuOpo3 pa3IMYHON CTENeHH TMPU HOPMAJbHOM KOJIHYECTBE
METaKapHOIUTOB.

OTcyTcTBUE arTIIOTUHALMY C PUCTOLIETUHOM M MaKpOTPOMOOLIMTONIEHHS XapaKTEPHbI
s cu"apoma bepHapa-Cynbe. Tak ke MokeT HaOMIOaThCs MOHMKEHHME arperanuu ¢
TPOMOMHOM Ha ()OHE HOPMAIBHOM arperanyu ¢ ocTalbHbIMU aronuctamu. Jedumur Gplb-
IX-V MoxeT ObITh MOATBEPKAEH METOJOM IPOTOYHOM IUTOMETPUM M MPHU T€HETUYECKOM
anam3e reHoB GPIBA, GPIBB u GP9. B pesynbrate nedummra Gpl-1X-V nHapymaercs
CBS3BIBAaHUE TPOMOOIIUTOB ¢ pakTopoM Buebpanna, a TakyKe CTAHOBUTCS HEBO3MOXKHBIM
¢ukcamuss TpoMOumHa Ha ux mnoBepxHocTH. Cunapom bepnHapa-Cynbe mposiBisieTcs
3HAYUTENbHON KPOBOTOYMBOCTHIO MUKPOLUPKYISTOPHOTO M CMEIIAHHOTO THIA, KOTOpas
MIPOSBIISIETCS yKE Cpasy MOCIe POKICHUS.

Jleuenue

Jletu ¢ JAMarHoO30M  HAcleACTBEHHas TpOMOOIMTOMAaTHS  HAOMIONAIOTCS B
CMELUANU3UPOBAHHBIX T€MATOJIOIMUYECKUX LIeHTpax. JlaHHas rpymnma O0JIbHBIX HYX/IaeTCs B
KOPPEKTUPOBKE IHUETHI: MUIlAa JO0JDKHA ObITh BUTaMUHU3MpoBaHa (BUTamMuHbel C, P, A),
UCKJIIOYAIOTCSl  yKCyc-coaeprkamue — Onrosla,  KOHCEPBUPOBAHHbBIE  MPOJIYKTBI  C
HCIOJIb30BAaHUEM CAJIMIIMIIATOB, TaK JK€ PEKOMEHJyeTCs BKJIIOYHMTh B PallMOH apaxMuc.
WckmoyatoTcs mpemnaparbl, KOTOPbIE BBI3BIBAIOT HAPYUIEHUS CBOWCTB TPOMOOILIMTOB:



aCIIMpUH, HEHAPKOTUYECKHE MPOTHBOBOCHIAIUTENIbHBIE  Ipenaparbl, J€3arperaHTshl,
AHTUKOAryNsHTBL.  [IpOBOAMTCS caHAIUs XPOHWYECKUX OYaroB HWHQEKIHH, JICUYCHHE
COMYTCTBYIOIIUX 3a00JIeBaHUM, BaKIIMHAIIMS IPOTUB renatuta A u remnarura B.

[Ipy pa3BUTHUM JIETKUX MECTHBIX KPOBOTEYCHHUU BO3MOKHA MX OCTAHOBKA IyTEM
KOMIIPECCHUHM TAMIIOHOM WJIH  Cal(eTKOW, MPOMUTAHHBIX AaMUHOKAIIPOHOBOW  WIIU
TPaHEKCaMOBOW KHUCJIOTOU. [Ipu pa3BUTUM KPOBOTEUYEHUW CPEIHEN U TSHKEIOW CTENEHU
HEOOXOIMMO CHCTEMHOE BBEJCHUE TIPENnaparoB: aHTU(PUOPUHOIUTHUCCKHE CpPEICTBA
(TpanekcamoBas kuciora), aecmonpeccud (DDAVP) u aktuBupoBaHHBIN peKOMOWHAHTHBIN
daktop cBepreiBanus kposu VI (rVI1a). XXusueyrpoxaromue COCTOSHHS 4acTO TPEOYIOT
MepenuBaHusl TPOMOOILUMTOB C LEJIbI0 KOMIIEHCALMU UX BPOKICHHON AUCHYHKIIUU.

AHTI/I(bI/I6DI/IHOJ'II/ITI/I‘IeCKI/Ie Iperaparbl - TpaHECKCAMOBAasA KHCJI0TA, dAMUHOKAIIPOHOBAA

KHCIIOTa - WHTUOMPYIOT JAeWCTBHE aKTHUBATOpa IUIa3MUHA M IUIA3MUHOTEHa, O00JIagaroT
reMOCTaTHUYeCKUM  JEHCTBMEM TIPU  KPOBOTEUEHHSIX, KpOME TOTO, OKAa3bIBAIOT
MPOTUBOAJIEPTUYECKUI W MPOTHUBOBOCHANUTENbHBIA JPQPEKT 3a cyeT MOoAaBICHUS
00pa3oBaHMsl KWHUHOB W APYTrUX aKTUBHBIX MENTHIOB, YYaCTBYIOMIMX B aJUIEPTUYECKUX U
BOCTIAJMTEIBHBIX pEaKIusiX. Y TMAIMEeHTOB C TPOMOOIMMUTONATHAMH HMX 4Yalle BCEro
IIPUMEHSIIOT B Cydae pa3BUTHsI HOCOBBIX, JECHEBBIX KPOBOTEUEHUH, MeHOpparuu. Taxxke
UX Ha3HAYaloT C LEIbI0 IPEIYNPEXICHUS Pa3BUTUS KPOBOTEUEHH MPU NPOBEACHUH MaJIbIX
OIlEpaTUBHBIX BMEILATEIHBCTB U CTOMATOJIOTUYECKOTO JieueHUs. Bo3MoXkeH nepopaibHbIi 1
BHYTPUBEHHBIII MeToJ BBeaeHusa. lIpemaparom BbIOOpa B JaHHOW TpyIe SBISETCS
TpaHekcamoBasi KUCIOThI. [1o cpaBHEHHIO ¢ aMUHOKApPOHOBOW KUCIOTOM OHa 00JasaeT B 8
pa3 Oombliel aHTUPUOPHUHOIUTUYECKON AaKTUBHOCTHIO. J[03a TpaHEKCaMOBOMl KHCIOTHI
cocraBisieT 15-25 mr/kr nepopaiibHo 3-4 pasza B aeHb unu 10 Mr/kr BHyTpUBeHHO 3-4 pa3a B
neHb. Ee Takke MOXXHO HCIIOJIB30BaTh Ui MOJOCKAHMS Uil pTa B CIydae JIECHEBBIX
kpoBoTeueHuii — mo 10 mi 5% pactBopa 4-6 pa3 B J€Hb, B Ciy4yae 3arjaThbIBaHUS
SKBHMBaJIEHTHas a03a coctaBisieT 500 Mr. AHTHQUOPUHOIUTHKU MPOTUBONOKA3aHbI MPHU
reMaTypuy 13-3a OACHOCTHU Pa3BUTHS OCTPOM MOYEUHON HETOCTATOUHOCTH.

HGCMOHDGCCI/IH SABJIACTCA CHHTCTUYCCKUM aHaJI0T'OM BasoIpeccruHa

(aHTHOMYpeTHUYECKOro TopMoHa). MMeeT BbIpaKeHHBIM NPOKOAryIsSHTHBIM 3(pdexkT —
MOBBIIIAET KOHIEeHTpanuio (akropa ceepreiBanus kposu VI (FVII) u VWF B mia3me.
Ha3znauaetcs npu xonudecTBeHHOM aepurute paxkropa Bumiebpanna. Ero MoxHO BBOANUTH
BHYTPMBEHHO, MOJIKO’KHO M MHTpaHa3ainbHO. CranaaptHas noza DDAVP cocrasmser 0,3
Mr/kr (e Oosiee 20 Mr) BHYTpUBEHHO (MK 1MOoAK0KHO) uiu 300 Mr uHTpanazansHO (150 Mr
y nereir ¢ Becom MmeHee 50 kr). MakcumanbHble 3HaueHust VWF B mia3sme qocturarorcs
yepe3 30 — 60 MuHYT npu BHYTPUBEHHOM MHBEKIMH M udepe3 90 — 120 muHyT mnpu
Ha3aJIbHOW M MOJKOKHOM aAMHHMCTpanuu npenapara. Oteer Ha neueHue DDAVP moxer
OBITh pa3znuuHblid. [loATOMY TIepen Ha3HaueHHEM JAaHHOTO TpenapaTa HeoOXOIMMO BBECTH
MPOOHYIO TEPANeBTUYECKYIO 703y MPU OTCYTCTBUM KpoBoTeueHus. Ecnu depe3 30 MuHYT
wii 60 MUHYT (BHYTPMBEHHOE M IIOJIKOXKHOE BBEJCHUE, COOTBETCTBEHHO) Y NAallMeHTa
Habmomaercst oxunaembli mogbeM KoHueHtpauuu  FVIIL, to DDAVP HaznauaiorT B
KayecTBe remocraruueckoil Ttepamuu. Ilpu Tepanmuun DDAVP Moxer HabmromaThes
3aJiepKKa JKUJIKOCTH B OpPraHU3Me U TUIIOHATPUEMHUs, IIOATOMY B T€ueHHUe 24-X 4acoB 1ocie
BBEJICHHUS TIperaparta MaIeHTaM pEKOMEHAYETCS OTPaHUYUTh O0BeM MOTpedasieMoit



xunkoctd. [1o 3To# ke mpu4rHe, IeCMOIIPECCHH HE MMPUMEHSIETCS Y IeTeH Miaamie 2-X JeT.
DDAVP crnenyer Ha3HauaTb € OCTOPOKHOCTBIO y TAIMEHTOB C TUIEPTOHHUEH,
OpOHXHMAJIBbHONH acTMOW, THPEOTOKCHKO30M W XPOHHUYECKUM HEPpPUTOM. AOCONIOTHBIM
MIPOTHBOIIOKA3aHUEM SBIISIOTCS AMHIIETICHS, OepeMeHHOCTh. Cep/ieuHasi HeIoCTaTOYHOCTh U
MPOTrPECCUPYIOLIUI aTEPOCKIIEPO3.

Tpancdysus TpomMOOUMTOB - KpaeyroJbHbBIM KaMHEM B TEpalHlH HACJIEICTBEHHBIX

TPOMOOIIMTONATUIT C YrPOKAIOIIUMHU JKU3HA KPOBOTCUCHHSIMH Wy TMAIMEHTOB C
HedPPEeKTHBHOI reMocTaTHYeCKOW Tepanuei Hecnenuduyeckumu npenaparamu. boibHbIe
C TSDKEJBIMH HACIICJACTBEHHBIMU JedekTaMu TpoMOouuToB (cuHapoMm bepnapa-Cyibe,
cuHIpoM Buckorra-Onapuua, TpoMmOacTeHust [ 1aHIMaHa) 9acTo HYKIAIOTCS B PEryJISIPHBIX
TpaHChy3UIX TPOMOOITUTOB, HECMOTPS Ha PUCK Pa3BUTHS aUIOMMMYHHU3auu 6o Kk HLA
aHTHTeHaM, KOO K IOBEPXHOCTHBIM MIHMKomporenHam TpombomutoB (Gpl-b-1X-V wiun
allbf3). PasButne pedpakTtepHOCTH K TpaHCy3UM XapakTepusyeTcs OBICTPHIM
HUBEIMPOBAaHUEM  TEPENUTHIX  TPOMOOLMTOB M3  KPOBOTOKA W OTCYTCTBHUEM
tepaneBtrueckoro 3ddexra. Cnennanucter United Kingdom Hemophilia Center Doctor’s
Organization (UKHCDO) pekoMeHIyHOT TpPOBOAUTH TpaHC(y3UH  TPOMOOIUTOB,
cOBMeCTHMBIX 10 HLA, ¢ 1esbi0 MOHWKEHUS pPUCKa Pa3BUTHS aJNIOMMMYHU3AIUU Y JTAHHOM
rpymnmsl nanueHToB. OJHAKO, 3TO HE BCErJa BO3MOXKHO, OCOOCHHO B ClIyyae pa3BUTHUS
OCTPOTO, KU3ZHEYTPOKAIOIIETO KPOBOTCUCHHSI.

PekoMOMHAHTHBIN aKkTUBUPOBaHHBIN (hakTop cBepreiBacmoctu kposu VI (rFVIIA)

aBygeTcs 3(PPEKTUBHBIM IeéMOCTAaTUUECKUM CPEICTBOM Yy JE€TE€H M B3POCIBIX C JUarHO30M
TPOMOOLIUTONATHS, OCOOEHHO Yy MAalUeHTOB ¢ TpomOacTteHued [naHiMaHa U OOJE3HBIO
bepuapa-Cynbe. B tepaneBruueckux nozax rFVIla Hanpsmyro, HE3aBUCUMO OT TKaHEBOTO
daktopa, aktuBupyer (aktop X HA MOBEPXHOCTH AKTHBUPOBAHHBIX TPOMOOIIMTOB,
JIOKQJIM30BAHHBIX B 30HE MOBPEXKICHUA. DTO MPHUBOJAUT K 00pa30BaHMIO U3 MPOTPOMOMHA
TpoMOMHA B OOJIBIIOM KOJUYECTBE HE3aBUCUMO OT TKaHEBOro (axtopa. Jlpyrumu cioBamu,
dapmakogunamuuecknii 3¢ dext ¢daktopa VIla 3akmrogaercss B YCHICHHOM MECTHOM
oOpa3zoBanuu Qaxrtopa Xa, TpomOuHa u ¢pubpuna. rFVIla sensercs npenaparom BeiOOpa y
00J1bHBIX TpoMOacTeHuel [JaHlMaHa ¢ aJUIOMMMYHM3alMed Win ¢ pepakTepHOCThIO K
Tpanchy3usim TpombOouuToB. CraproBas mgo03a cocrtaBisieT 90 MKI/KT ¢ TOBTOPHBIM
BBEJIEHMEM KaxJple 2-3 yaca [0 MOMEHTa OCTAaHOBKM KpoBoTeueHus. OpHako, Ha
CETOJHSIIHUIN JIeHb HET JAOCTaTOYHOro 00beMa KIMHMYECKHH JaHHBIX 00 3(PEeKTUBHOCTH
NeicTBUs npenapara y 60JbHBIX C TPOMOOIIMTONATHSIMH.

JucnancepHoe Had/0qeHHe 00TbHBIX TPOMOOIMTONATHAMH.

ITamueHThl C TpOM6OI_II/ITOHaTI/I$IMI/I JOJI’KHBI MpoxXoaAuThb PEeryJsIpHBIC
AUCIIaHCCPpU3allui, HE3aBUCUMO OT HaAJIUYUA TEMOPPArndCeCKux SIIHU3040B. OCMOTp
neamarpa u remarojiora MUHHMYM 1 pa3 B 6 MCCALICB, OCMOTpP OTOJIApUHTOJIOTa U
CTOMATOJIOTa MUHUMYM 1 pa3 B roAa.

Kpome TOro, He0OX0IUMO MPOBOJIUTH JTAOOPATOPHBIN KOHTPOJb - OOLIMHA aHaIu3
KpOBM, OOIIMH aHamM3 MOYM, Koaryjaorpamma, arperanusi TtpomoOorutoB ¢ AJlD,



snrHe(PPUHOM, KOJUTAr€HOM, apaxuJI0HOBON KHCIOTOH, TPOMOOKCAHOM - MUHUMYM 1 pa3 6
MECSIIEB.
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